SUMMARY I report the case of a woman with systemic lupus erythematosus who had pulmonary hypertension unassociated with chronic interstitial lung disease or pulmonary emboli. She had started taking the contraceptive pill seven months previously.
Pulmonary hypertension unassociated with chronic interstitial lung disease or pulmonary emboli is an uncommon but serious complication of systemic lupus erythematosus (SLE).1 The presence of lupus inhibitor or raised titres of anticardiolipin antibody, or both, has been recorded in some such cases.' 2 Recently the acute and rapidly progressive onset of symptomatic pulmonary hypertension in a woman with SLE eight months after commencement of the oral contraceptive pill was reported.3 Lupus inhibitor and anticardiolipin antibodies were not found. I report the development of pulmonary hypertension seven months after commencement of the contraceptive pill in a 17 year old woman with SLE in the absence of interstitial lung disease, pulmonary emboli, lupus inhibitor, or anticardiolipin antibodies. The pulmonary hypertension contributed to her death 18 months after diagnosis of SLE and six months after diagnosis of pulmonary hypertension. The SLE flare responded to prednisolone 20 mg daily, and this dosage was continued. Anticoagulation with warfarin was started, and two months later nifedipine was cautiously introduced. Maintenance dosage of nifedipine was 90 mg/day. The exertional dyspnoea, cardiovascular examination, electrocardiography, and arterial oxygen saturation remained stable during 1985. The SLE was intermittently mildly active. In January 1986, while holidaying in the country, the patient suddenly became unwell with acute abdominal pain. She was admitted to the regional hospital. There was right sided abdominal tenderness with guarding, and pain on rocking the cervix. Hb was 7-0 g/dl (70 g/l) and the prothrombin time was in the therapeutic range. Laparotomy showed bleeding from a ruptured right ovarian cyst, which was oversewn. Blood was transfused during surgery. Intraoperatively, an episode of atrioventricular dissociation with profound hypotension occurred. In the immediate postoperative period the patient was hypotensive and hypoxaemic with signs of cerebral dysfunction. She was unfit for transfer to a large hospital. Intravenous sodium nitroprusside and controlled ventilation restored the blood pressure and arterial blood oxygen saturation to satisfactory levels. Her condition remained stable until the third postoperative day when repeated epileptic seizures occurred followed by a cardiac arrest. Permission for postmortem examination was refused.
Discussion
Pulmonary hypertension occurring as a manifestation of SLE in the absence of chronic interstitial lung disease or overt pulmonary emboli is uncommonly reported,' but it is important because it is a potentially lethal complication. As reported here it may lead to premature death in cases where the other SLE manifestations are benign. As the response to currently available therapy is disappointing,' it is important that treatable causes such as steroid responsive pulmonary infiltrates and pulmonary emboli are sought.
The striking association of the lupus inhibitor or raised titres of anticardiolipin antibody, or both, with venous and arterial thromboses and thromboembolic pulmonary hypertension in SLE has recently been recognised. 2 Lupus inhibitor and raised titres of anticardiolipin antibody have not, however, been found in SLE patients with 'solitary' primary pulmonary hypertension.5 There are still a small number of SLE patients with pulmonary hypertension who, like our patient, have no demonstrable predisposing factor. It is suggested that vasospasm and vasculitis may involve small pulmonary arteries, resulting in obstruction to flow,' an hypothesis of relevance in our case where Raynaud's phenomenon and peripheral vasculitis were prominent. Antibodies to RNP and rheumatoid factor are often present in SLE patients with pulmonary hypertension, as in this case, but no pathogenetic role has been postulated.5 6 A report of a patient with SLE who developed acute and rapidly progressive pulmonary hypertension eight months after commencement of the oral contraceptive pill was published recently.3 In the present case the contraceptive pill was started seven months before the onset of symptoms and the diagnosis of pulmonary hypertension. Although the occurrence of pulmonary hypertension in otherwise healthy women on the oral contraceptive pill is recognised,7 8 the specific effects of oestrogens on SLE must be considered.
There is much circumstantial evidence in the literature that oestrogens encourage expression of the disease, as recently reviewed.9 Furthermore, Pulmonary hypertension, SLE, and the contraceptive pill 161 one study has suggested that almost half the patients with SLE who start to receive oestrogens experience an exacerbation of their disease within three months.') This patient was allowed to continue the contraceptive pill as it was considered of the utmost importance that pregnancy be avoided because of the significant and established pulmonary hypertension. The close time relationship between the commencement of the contraceptive pill and the onset of symptoms of pulmonary hypertension in these two reports has important clinical implications. As pulmonary hypertension occurs infrequently in SLE, years may elapse before prospective studies in large SLE clinics unequivocally determine whether this apparent association is real or coincidental. In the meantime it is hoped that this additional report of the development of pulmonary hypertension after the commencement of the contraceptive pill will encourage further examination of the significance of this association. 
